In two cases (15%) the abnormality regressed spontaneously in utero. In cases 4, 5, and 7, thoracoamniotic shunts were inserted into the largest visible cyst at 26, 32-5, and 22 weeks' gestation respectively, in an effort to ameliorate the mediastinal shift. In case 6, a thoracoamniotic shunt was inserted at 31 weeks' gestation to relieve a pleural effusion surrounding a presumed CCAM type III lesion. A subsequent attempt at intervention in this patient was made at 33 weeks but the procedure was unsuccessful and was abandoned. Preterm delivery occurred in two of these four cases (cases 5 and 6 at 33 and 34 weeks' gestation respectively); all other infants were delivered at term.
All infants were in good condition at birth. Three babies (cases 2, 4, and 5) became tachypnoeic within six hours of birth; two were electively ventilated before surgery (cases 4 and 5) and one was maintained on headbox oxygen. All other infants remained well breathing spontaneously in air.
The results of initial and subsequent investigations and surgery are shown in table 2. Four children (31%) remain well without surgical intervention at 9-41 months of age (mean follow up 25-7 months). In two of these cases all postnatal investigations were normal; computed tomography was not performed as it was considered unjustifiable to subject the infants to the general anaesthesia which would have been required. The parents of one of these infants had been offered a termination at 19 weeks because of the prenatal ultrasound diagnosis. In the other two cases, despite persistent radiological abnormality, surgical intervention has been deferred at the parents' request because the children are asymptomatic. The parents of one of these infants were also advised to terminate the pregnancy because of the poor prognosis. The nine remaining patients have undergone surgical excision of the affected lobe. In only two cases (15%) was the operation required urgently because of symptoms; in the remaining seven patients surgery was performed because of persisting radiological abnormality.
The postnatal diagnosis and outcome in each case are shown in table 2. Overall, the prenatal ultrasound diagnosis of CCAM was confirmed to be correct in five cases (38%), remains unproved but likely in two (15%), and was erroneous in six cases (46%).
There appeared to be no relationship between any specific prenatal features and the final postnatal diagnoses.
Discussion
The improved definition of current ultrasound technology and its routine use in antenatal care has permitted the early visualisation of most fetal organs and the identification of many structural abnormalities. Sequential scanning has also offered an unprecedented opportunity to observe the natural evolution of many of these abnormalities. In The clinical features which have been retrospectively associated with pathologically
proved CCAM include neonatal respiratory distress (85% of cases) which often requires urgent surgery.5 Mortality is highest in those lesions classified pathologically as CCAM type III.6 In contrast, the majority of pulmonary sequestrations and bronchogenic cysts classically present in later childhood with symptoms other than respiratory distress.' A small proportion of cases of CCAM have been discovered incidentally in asymptomatic children5 and malignant change has been reported in unsuspected lesions.7 These retrospective associations have led to the belief that patients with CCAM require early surgery, usually for life threatening symptoms, and that all untreated cases will result in infection or more serious complications if left in situ.
The advent of prenatal ultrasound has allowed obstetricians to observe 'cystic' lung changes in many fetuses early in gestation.6 8 Sequential observation of the fetus will reveal whether the lesion is regressing or increasing in size, and only then can appropriate arrangements for delivery be made. Those infants with large cysts and/or mediastinal shift persisting to late gestation should be delivered in a neonatal surgical centre so that urgent surgery can be readily performed if required. In all cases, even those who are asymptomatic at birth, further investigations and follow up are required in order to ensure that late complications do not occur. Multidisciplinary input during the prenatal course is essential if such arrangements are to proceed smoothly.
Only after careful long term observation and documentation of large series of patients will it become clear whether it is possible to distinguish specific malformations prenatally. Obstetricians and fetal medicine specialists should not be tempted to give a prognosis for a fetal pulmonary abnormality based on the published postnatal retrospective experience. Similarly, paediatricians and paediatric surgeons who are informed of a prenatal diagnosis of CCAM or any other specific cystic lung abnormality should be aware that such diagnoses are unreliable and should ensure that the subsequent counselling, investigation, and treatment take account of this fact. All fetuses suspected to have a pulmonary lesion should be referred to a centre with sufficient expertise in both prenatal and postnatal management of pulmonary abnormalities to ensure that the parents receive accurate information from which they can make an informed decision regarding their pregnancy.
